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Pulmonary artery dissection in a patient with
idiopathic dilatation of the pulmonary artery:
a rare cause of sudden cardiac death

R Andrews, P Colloby, P ] B Hubner

Abstract
A 31 year old man presented with a left
hilar mass. Thoracic tomography showed
this mass to be the pulmonary artery,
and subsequently idiopathic dilatation of
the pulmonary artery was diagnosed. He
remained well until 11 years later when
he died suddenly. Postmortem examina-
tion confirmed idiopathic dilatation of
the pulmonary artery with death due to
pulmonary artery dissection and cardiac
tamponade.

It seems likely that idiopathic dilata-
tion of the pulmonary artery predisposed
to fatal pulmonary artery dissection.

(Br Heart ¥ 1993;69:268-269)

Idiopathic dilatation of the pulmonary artery
is an uncommon congenital cardiac defect
with what is considered to be a benign prog-
nosis and no symptoms.

Case report

A 31 year old Ugandan Asian man was
referred in 1980 to the outpatient clinic after
a single episode of haemoptysis. He was a life-
long non-smoker with no relevant history of
occupational exposure or other past history of
note, and was otherwise symptom free.
Examination of the cardiovascular system and
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Figure 1 Chest x-ray ing a
trunk.

respiratory system was normal, without added
clicks or murmurs. The electrocardiogram
was normal and the chest x-ray showed a left
hilar mass, though the cardiothoracic ratio
and lung fields were normal (fig 1). This mass
was thought to be the pulmonary artery and
this was confirmed by subsequent thoracic
tomography. Cross sectional and M mode
echocardiography were normal, though the
pulmonary artery could not be visualised.
Idiopathic dilatation of the pulmonary artery
was diagnosed. The patient declined cardiac
catheterisation for confirmation. No further
investigation was performed and the patient
was later lost to follow up. He remained well
until April 1991 when retrosternal chest pain
developed which prompted him to consult his
general practitioner. Two days later he died
suddenly in the shower at home.

At postmortem examination the subject
weighed 82 kg. The only significant findings
were in the cardiovascular system. The peri-
cardial cavity contained a large volume of
fresh blood some of which had begun to clot.
The heart was generally slightly enlarged
(weight 407 g, left ventricle 280 g, right ven-
tricle 90 g, ratio LV:RV 3.1:1). The pul-
monary valve was morphologically normal
though its circumference was 8 cm, at the
upper end of the normal range. The mitral,
aortic, and tricuspid valves were normal and
the atria and ventricles had no intrinsic
abnormalities. Important coronary atheroma
was not seen. The pulmonary trunk and the
main branches proximally were much dilated
(maximum diameter 6 cm). When the pul-
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Figure 2 Macroscopic dissection of the specimen showing
a greatly dilated pulmonary trunk with a dissection arising
above the valve ring (probe) and extending into the
pericardial cavity. The pulmonary valve and aorta are
normal.
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monary trunk was opened an intimal tear was
seen 3 cm above the pulmonary valve ring
(fig 2). A dissection extended proximally into
the pericardial cavity and distally to the origin
of the left and right main branches.
Atheromatous plaques were seen in the pul-
monary artery trunk and a large mural throm-
bus was present at the origin of the right main
artery. Macroscopically and microscopically
there was no evidence of primary lung disease
or of pulmonary hypertension.

Histological examination of the pulmonary
artery showed deposition of acid muco-
polysaccharide in the media, similar to that
seen in cystic medial necrosis but less severe.
The cause of death was a dissecting aneurysm
of the pulmonary trunk with subsequent
haemopericardium and cardiac tamponade.

Discussion

Idiopathic dilatation of the pulmonary artery
is an uncommon congenital cardiac anomaly,
with one study suggesting an incidence of 6
cases per 1000 cases of congenital heart dis-
ease.! The condition was first described in
1923 by Wessler and Jaches,? though the term
“idiopathic dilatation” was not coined until
1933 by Oppenheimer.®> The diagnostic crite-
ria suggested for idiopathic dilatation of the
pulmonary artery*¢: (a) simple dilatation of
the pulmonary trunk with or without involve-
ment of the arterial tree; (b) exclusion of car-
diac or pulmonary shunts; (c) exclusion of
chronic pulmonary disease; (d) normal right
heart pressures and no pulmonary valve gradi-
ent; (e) absence of arterial disease (for exam-
ple, syphilis or more than minimal
atherosclerosis). Common clinical features are
a pulmonary ejection systolic click, a mobile
widely split second heart sound, and a pul-
monary regurgitant murmur in 25-80% of
cases. Electrocardiographic abnormalities are
uncommon and slight increases in right and
left ventricular end diastolic pressure have
occasionally been shown.* All reports con-
clude that the condition is benign, with the
patient remaining symptom free.™ The
underlying pathogenesis of idiopathic dilata-
tion of the pulmonary artery is attributed
either to unequal division of the truncus arte-
riosus communis or to a developmental
defect in the elastic tissue of the pulmonary
artery.®" The association of idiopathic pul-
monary artery dilatation with aortic hypopla-
sia in rare cases supports the former theory,
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though the latter is more generally favoured
and the description of a case of isolated
peripheral pulmonary artery dilatation'? sup-
ports it as does the finding of cystic medial
necrosis in our case.

Pulmonary artery dissection is a rare com-
plication of pulmonary hypertension."” Less
than 40 published reports of such cases, with
the most common underlying cause identified
as a large left to right shunt (usually a patent
ductus arteriosus), severe mitral stenosis, or
primary pulmonary hypertension.'*'¢  The
diagnosis is almost always made at necropsy,
though in two cases antemortem echocardio-
graphy showed a flap in the pulmonary artery
lumen.”*** In one review the clinical features
were found to be non-specific with 82% of
patients having exertional dyspnoea, 67% ret-
rosternal chest pain, and 52% central
cyanosis. Surgical repair of pulmonary artery
dissection has not been attempted.
Postmortem histology often shows cystic
medial necrosis in the main pulmonary artery.
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